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Unique OiigosaccharIde (Apparently Giucotetrasaccharide) In Urine of Patients with Glycogen Storage Diseases
To the Editor: Disorders of glycogen metabolism are usually detected by a combination f clinical features and enzyme analyais of various tissues. These diseases affect both liver and muscle tissues (1) . When screening for inborn errors of metabolism, hepatomegaly is usually an important, albeit general, clinical reature. Since the initial report of inreased oligosaccharide excretion in bypes II and Ill glycogen storage disease (GSD) (2), thin-layer chromatography has been used to detect type VI 3) and type Ill patients (4).
We analyzed urine samples from 10 patients with various forms of GSD. Ml patients were diagnosed on the basis of clinical details, glycogen conbent in erythrocytes and liver, and results of assays for enzyme deficienies in erythrocytes or leukocytes and skin fibroblasts (type II GSD). For conbrols, we used urine samples from more than 50 patients, obtained from routine screening for disorders of hetroglycan metabolism. Control pabients had no symptoms of GSD.
Urine samples (5 mL) were de-ionized by using small columns of AG5O W-x 8 (H) and AG1 x 8 (acetate) resins, and the neutral oligosaccharides were lyophilized. Perbenzoylabion was done overnight at 37 #{176}C (5). Mter removal of excess reagents by lolid-phase extraction, the perbenzoyated oligosaccharides were extracted Lnto acetonitrile. For HPLC we used a column and eluted with a gradient )f acetonitrile/water (from 60/40, by vol, changing to 100% acetonitrile wer 15 mm) at a flow rate of 1 mL/ mm. Detection was done at 230 nm and the assay was calibrated with au-:hentic glucotetrasaccharides
Perbenzoylated glucotetrasaccharide A 33-year-old Asian woman initially presented to an outpatient clinic with a six-month history of lassitude and weakness. On examination she was clinically euthyroid and anemic. Investigations showed a hypochromic microcytic anemia. The free thyroxin (Fr4 measured by Amerlex-M from Amersham International, Amersham, U.K.) was above normal at 3L2 pmoli L (normal range: 9-23 pmol/L) but no action was taken. A diagnosis of irondeficiency anemia was made and she began treatment with oral iron and ascorbic acid.
